Tables S1-S4 summarize the results of biochemical assays of the respiratory chain complexes I-IV and citrate synthase. Figure S1 and legend report some of the effects of bezafibrate treatment of Surf1 -/-and control littermates. Figure S2 and legend report the strategy for the construction of a Cox15 conditional knockout allele and the corresponding genotyping diagnosis in recombinant mice. 
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Figure S2
Cox15 lox and ACTA-Cox15 -/-recombinant alleles A. Schematic structure of wild type (WT) and recombinant Cox15 lox allele. Short and long arm of homology are shown in blue. A neomycin-resistance cassette is shown in yellow. Two lox-P sites are located in introns flanking exons 1 and 2. Arrowheads indicate the position of primers used specific to the short arm (SA1/F and Neo/R) and the long arm (Neo/F and LA1/R) for the screening of recombinant ES cells. Note that both SA1/F and LA1/R are located in regions outside the recombinant construct. Primer sequences are available on request. B. PCR-based screening of positive ES clones using the primer pairs SA1/F and Neo/R (left panel) specific for the short arm, and Neo/F and LA1/R (right panel) specific for the long arm. Clone 4 shows the expected fragments at 3.2kb (short arm) and 9.8 kb (long arm). Positive (+) and negative (-) controls are shown, as well as four non-recombinant clones (1, 2, 3, 5). C. Left: schematic structure of the recombinant Cox15 lox allele before (top) and after (bottom) cre-mediated recombination of the region encompassed by the two lox-P sites. Arrowheads indicate the position of the primer pairs Cox15lox/F and Cox15lox/R used for the genotype analysis. Right: PCR-based genotyping in muscle (M), heart (H), liver (L) and brain (B) of Cox15 lox/lox vs ACTA-Cox15 -/-alleles of two recombinant animals. Note that the diagnostic band specific to the ACTA-Cox15 -/-allele is present only in skeletal muscle and, in trace amount, in the heart. Primer sequences are available on request. 
